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leMoxpomatos maHudecTMpyeT o6bl4HO B BodpacTe 30-40 neT NoNMopraHHoN HeJoCTaTONHOCTLIO. AMarHos, NOCTaBNEHHbINA
Ha NpeuuppoTUYECKON cTadnn 3aboneBaHus, obecneynsaeT 6NaronpuUsTHLIN A% XU3HU NporHo3. MeguaTtpe! HEPeaKo He
obpallatoT JOMKHOro BHUMaHWS Ha NOBbILEHWE YPOBHS remMornobvHa M KOHUEHTpaUMWM Xenesa B CbIBOPOTKE KPOBM.
KnuHuyeckue nposiBneHWs reMoxpomMarosa y AeTeill U MOAPOCTKOB NMPU NErkoM W CPeAHETHKENOM TEe4YeHUW, KaK NpaBuno,
nonuMopdHbl. Liens coobLUeHna: NpeacTaBuTL anropuT™M AMarHOCTUKW HACNeACTBEeHHOro reMoxpomartosa y AeTeH, a Takxke

npVBNEYL BHUMaHWE NeauaTpoB K Npotneme nNeperpy3ku Xene3om.
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B nepBble HACNEACTBEHHbLIW remMoxpomaTod Obln onucaH
B 1886 r. kak 6pOH30BLIN gnaderT.

FemoxpomaTos (HakonneHuwe xenesa) — 60Me3Hb C ayTOCOM-
HO-PEeLEeCCUBHBIM TUMOM HacnefoBaHWA, XapakTepuayowas-
CAl yBeNnn4eHneM BCAChIBAHMA Xene3a B KMLLEeYHUKE C HaKon-
NeHneM ero B Nne4eHun, nopxenygo4Hown xernese, cepiue, rv-
nodguse, cyctaBax U Apyrux opraHax u TkaHsx. MHorpa ona
0603Ha4YeHns 3TOW B6ONE3HN UCMONbL3YIOT TEPMUH «FeMocufe-
po3» [1, 2].

BbiaensoT HacneAcTBeHHbIA reMoXpoMaTo3d — reHetude-
Ckn 06ycnoBfieHHbIA U noaTBepxaaemslt HLA-TunuposaHu-
€M, B FOMO3UrOTHOW (MCTUHHBIA reMOXpoMaTo3) U reTepos3u-
rOTHOW (HOCUTENbLCTBO) chopMax, U NPUOBPETEHHbIN remMoxpo-
MaTo3 — BTOpU4HadA neperpyska xenesom npu gpyrom zabdo-
neesaHun, 06bLIMHO MpWU TanaccemMuu unu cuaepobracTHON
aHeMun. KnuHnvyeckune nposisneHuns o6enx Gopm MAEHTUYHSI,
AuarHos crtaBwTcA Mnocsfie reHoTunupoBanusa. Ha craguum, ko-
rAa KoHUEeHTpauua xernesa B TKaHAX MUHUMAansHa, a oyHKkumsa
OpraHoB coxpaHeHa, reMoXpomaTtO3 Ha3sblBalT NATEHTHbIM
unKu npeunppoTudeckum [1, 3]. NaBecTeH Takxe HeoHaTanb-
HbIA reMoXpoMaTos, Npu KOTOPOM AEeTU NorMéarnT B Nepsble
OHW MOCIe POXAEHUA OT MEeYEeHOUYHO-MOHEHHON 1 cepae4Hon
HepgocTaTo4HOCTH [4, 5].

Bonpekn cyuiecTBOBaBLWIEMY paHee MpeAcTaBNeHWO, re-
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As a rule, hemochromatosis manifests itself at the age of 30 to 40 years by multiple organ failure. Diagnosed at the precirrhot-
ic stage, the disease has a favorable prognosis. Not infrequently, pediatricians do not pay due attention to the increased hemo-
globin level and iron concentration in the blood serum. Clinical manifestations of hemochromatosis in children and adolescents
in its mild and moderate forms are usually polymorphous. The article is aimed at providing an algorithm of diagnosing heredi-
tary hemochromatosis in children, and also at drawing attention of pediatricians to the problem of iron overload.
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MOXPOMAaTO3 Janeko He pegkoe 3abonesBaHune: 4actoTa romMo-
3UroTHoi hopmul 3abonesaHns koneénetcs ot 0,2 go 0,5%,
reTepo3nroTHo — ot 1,9 o 2,4% y 6enoro Hacenexus. Huc-
no nogeh ¢ roMo3urotHoW OPMOW, HacTo MpOTekawLlen
6eCCMMNTOMHO, YBENUYMBAETCA C tora Ha ceBep, AocTurasa y
HapOOOB KenbTCKoW rpynnbl (6ackos, wpnanpues) 30%. VY
npegcTaBuTeneil HerpoMaQHOW packl reHbl remMocuaeposa He
BCTpeyvatoTcs. MNauneHTbl C reTepo3nMroTHOR U roMO3UIrOTHON
opmamMu 60Me3HN Pas3NUHalOTCA MO TAXECTU ee TeveHus u
Ha4YanbHbIM MPosABNEHUAM. Y XeHLWMH 3a60neBaHne BCcTpeya-
eTca B 5-10 pa3 pexe, NpoTekaeT nerye, Y10 CBA3AHO C LKK-
NMYECKMMU KPOBOMOTEPSMU, U 0BGbLIMHO NPOSIBAETCA B Nepu-
ofe nocTMeHonayasl [2, 6].

O6MmeH ene3a B HopMe. [IByxBaneHTHOe Xeneso MuLm
BCACLIBAETCA B KMULLEYHMKE NMOCNEe 0CBOBOXaeHUs ero ua 6en-
KOBbIX KOMMJIEKCOB, B 3MMTENMouUMTax CIM3UCTON OBOMOHKM
TOHKOM KWLLKW NMpeBpaLlaeTCs B TPEXBASIEHTHOE XXENe30 U COo-
efinHseTcA ¢ 6enkom anogeppuTMHOM ¢ 0Bpa30BaHUEM CTa-
6MNbHOTO dheppuTuHa. [JanbHeWLLnn TPaHCNopT K MeCTaMm Kpo-
BETBOPEHUA OCYLLECTBNAETCA B KOMMNekce ¢ $1-rnobynuHamu
CbIBOPOTKM — 3TOT TPAHCMOPTHBIA KOMMIEKC MONy4vn Ha3ea-
HWe TpaHcdeppuHa. dopma [ENOHUPOBaHUA — EPPUTUH
(MonekynapHas macca 480 000 [a) — conepxwuT nerko Mobu-
nuayemoe xenezo. B ogHon Monekyne depputuHa HaxoauTes
4500 aToMOB xene3a. B LenbHOW KPOBKU Xene3o COAEpXUTCA
B OCHOBHOM B 3puTpouuTtax (okono 18,5 Mmons/n), B nna3me
KOHLeHTpauusa coctaendeT B cpegHem 0,02 mmons/n. Exep-
HEBHO B Mpouecce pacnafa 3pUTPOUUTOB B CENE3EHKE ¥ ne-
YEHW 0COBOXAaeTCsA OKONO 25 Mr Xene3a u CTOMbKO Xe No-
TpebndeTca Npu cwHTe3e remornobuHa. B kocTHOM Moare —
rMaBHOW 3PUTPONO3TUHECKON TKaHW — 3anac xenesa B 5 pas




HacnepcTteeHHbIn remoxpomaTtos y geTemn

BbllLlE CYTOYHOW NOTPEBHOCTU, HO OCHOBHBIM MECTOM AENnOHM-
poBaHus xenesa sBNATCA NeYeHb U Cene3eHKa, rge conep-
Xutca okono 1000 mr (40-cyTo4HbIM 3anac).

Mpu page 3a6oneBaHnin, B 4aCTHOCTKM NPU reMoxpomMaTose,
cuHaopome [yaonacyepa, Tanaccemuu, HakaniuveaeTca CTa-
6UnLHOE COoeguMHEeHWe Xenesa — reMOCUAEPUH, KOTOPbIN 06-
pasyeTcs U3 pacnaslnxcs monekyn hepputuHa. B Hopme co-
AepXxaHne remMocugepuHa cocTaBnseT He 6oree TpeTu BCero
OenoHUpOBaHHOro xenesa [1, 2, 7].

MaToreHe3 remoxpomaTtosa 10 HaCcTOsILWLEro BpeMeHu ocTa-
eTcsl HesicHbIM. He onpefeneHo, noYemMy y 60sbHbIX FreMoxpoMa-
TO30M B KWLLEYHMKE BCACLIBAETCA 60bLUE Xenesa, YeM Y 3A0-
POBLIX. B TO Xe Bpemsa pacluMdpoBaHLl MONEKYNAPHO-reHeTk-
Yeckne N3meHeHnA: y 85% GOonbHbIX FeMOXPOMATO30M BbIABNSA-
eTca myTauma reda G282Y (Lnc282Tup) Ha 6-i xpomocome (13
HUX 85% OKasanucb roMo3UroTamu), Npu reTepo3uroTHOM Ha-
cneposaHun myTtupyeT reH H63D (Cepé3Luc) [2, 3, 8]. leH
remoxpomMartosa TecHO cuennieH ¢ A-nokycom komnnekca HLA
Ha 6-A XpOMOCOoMe, ONpPefensoTCa TAKXKE ero CBA3WN C aHTUreHa-
mu HLA-A3, HLA-B14 n HLA-B7.

B Hopme B opraHuame Bapocnoro ecaceiBaetca 1,0-1,5 mr
Xenesa B CYTKM, Y BOMbHbIX FEMOXPOMAaTO30M — [0 4 I B CYTKM,
YTO NMPMBOAUT K YBENTMHEHUIO Ero COepXaHus B niasme 1 4pes-
‘MEPHOMY HaCbILLEeHMIO UM TpaHcdeppuHa. N36biTok aenoHupy-
€TCA B NapeHxMmarto3Hbix opraHax. locne npepensHoro Hacbl-
LLeHNs MeYeHn Xene3oM B Buae epputMHa U remocuaepuHa
KOHLEHTpauus enesa yBenu4uBaeTCs B NEYEHW n NoaXerny-
Ao4Hou xenese B 50-100 pag, B cepdue — B 5-25 pas, B no4kKax,
ceneseHke, koxe — B 5 paa. [Npu aToOM MaHudecTaumns KnmHnye-
CKMX NPOSIB/IEHUI 3a60NEBaHNA HanpsMyIo 3aBUCUT OT KOu4e-
CTBa Xeresa, BCACLIBAIOWEroCsH B KULLEYHWKE, N 0OBbACHAET
MO3AHIOK OMArHOCTUKY remMoxpoMaTtosa.

loe 6bl HN OTKNAAbIBANOCH XENe30, OHO BbI3bIBAET peak-
LMo TkaHen B Buae pubposa. ViameHeHUs B neveHn HaumHa-
HOTCSA C NEepUNopTasbHbIX renaTtouunTos, U C rogamm B Hen pas-
BMBAETCH KPYNHOY300BOM LMppo3. B Nogxenyno4yHon xenese
OT/IOXKEHME Xene3a B auMHapHbIX KNeTkax u octposkax JlaH-
repraHca npnsoguT K (oubpo3y 1 AereHepaunn napeHxmmbl ¢
paseutMem caxapHoro gunaéeta | u Il TMNOB, XpoHn4eckoro
naHkpeatuta. M36bITOK Xenesza B Cepaue COMpPOBOXAAETCH
HApYLUEHUAMW PUTMa W CKNIePO3NPOBAHNMEM KOPOHaPHLIX ap-
TEePUW, B KOXe — aTpodhuen, anoneymert, UCTOHYEHNEM, U-
nepnurMeHTaumen. FemMoxpomarto3 NpUBOAUT K HAapPyLUEHUIO
YHKUMM Xenes BHYTPEHHEN cekpeLmu, B TOM Yucne — noso-
BbIX. Hakonnexums xenesa He NPOVUCXOAUT TOMbKO B HEPBHOM
TKaHwu.

KnuHnveckne nposiBneHus. PaHHue Xanobbl Hecrneum-
duyHbl — cnabocTb, anaTus, noxygaHwe, U3MEHeHWe OKpacku
Koxu, 6onu B xueoTte. Mo Mepe pa3BuUTUSA OCNOXHEHWI DOP-
MUpYeTCs CUMMNTOMOKOMIMAEKC NOSMOPraHHoOW He[oCTaToO4HO-
CTW, NpexXae BCero Ne4eHOUYHO-KNETOYHOW. TUNNYHbI HapyLue-
HWA CepaeyHOro pUuTMa, XpOHMYECKUIA NaHKpeaTuT, rmnoroHa-
AU3M y OeTen n aTpodmsa anyek y B3pOCbIX, BbinageHne BO-
noc, apTponaTtusi, cHadana Menkux MexdanaHroeblx cycra-
BOB, 3aTeM 60/1ee KPynHbIx, caxapHblil gnabeT. YactoTa pas-
BUTWA NONMOPraHHON HEQOCTaTOMHOCTM 3aBUCUT OT BO3pacTa
" BpEMEHW YCTaHOB/IEHUS guarHo3a remMoxpomMaTosa, crnepo-
BaTtenbHO, paHHee BbifiBNeHne 3ab0oneBaHns — rapaHTus npe-
DYNPexXAEHUA MHOTUX CEpbe3HbIX OCITOXHEHWUA.

OndbdysHan cepas runepnurMeHTaumMs Koxu npevmylie-
CTBEHHO B MOAMbILIEYHbIX U MaxoBbix 06NacTaAxX — OAUH U3
Hanbonee vacTbix (90%) CUMNTOMOB Yy B3pPOC/bIX, OHA CBA3a-
Ha C MOBLIWEHHBIM OTIOXEHNUEM MenaHuHa. BonbHele xopo-
IO 3aropatoT, cepoBaTblii OTTEHOK KOXW U MUTMEeHTauus Yac-
To 60nee BblpaXeHbl HA OTKPbITLIX y4acTkax Tena.

Y pete wn nogpocTkop 3abonesaHue  Hepegko
NPOSIBNSIETCA HAPYLLEHWEM CepAe4HOro puTMa (CyrnpaBeHTpu-
KYNSIPHbIMW 3KCTPacUCTONamum M NapokcusmanbHbIMU Taxua-
pUTMWAMM), 3ACTOMHON cePEHHON HEAOCTAaTOYHOCTbLO, aTpu-
OBEHTPUKYNAPHOW 6NoKafon pasHon cTenexu [2, 4, 6].

OcnoxHeHnsa (No 4acToTe MX BO3HUKHOBEHUSA):

* XPOHWYECKNA renaTtuT, LMppOo3, renarouennonapHas
KapunHoMma;

* KAPOUOMMUOMATHUSA U apUTMnK;

e caxapHbii guabeT | u Il Tnos;

* UMNOTEHLUS, CHWXKEHWe NMbunao;

* ameHopes;

s 6ecnnoaue;

* apTpPUTLI M apTpasnrum, B HaCTHOCTN XOHAPOKanbLUWHO3;

* KOXHas NUrMeHTauus.

JNlabopartopHas guarHocTuka Bknw4vaerT:

* 06WMA aHann3 KpoBU C onpefeneHneM KonuvyecTea pe-
TUKYNOLUMTOB, MOP(ONornieckoe uccnegoBaHne apuTpo-
LUTOB;

* uccnefoBaHve o6meHa xenesa: cOfepXaHwe CbiBOPO-
TOYHOro Xeneaa, obLiasf XenesocBsA3bliBawLasi crnocob-
HOCTb CbIBOPOTKW, (DEPPUTUH CbIBOPOTKU, KOIMPDULNEHT
HacblLeHWa TpaHceppuHa Xenesom, eppuTuH B 3pUT-
pouuTax Ha 1 r Hb;

* 6MOXMMMYECKNIA aHaNn3 KpoBM (MeYeHo4YHble NPobbl, Fn-
Kemus, o6Lwmnin 6enoK 1 ero dpakumn);

* reHeTnyeckoe uccnenosanue (MNLP-gnarHocTuka mapke-
pOB HacneacTBEHHOro remoxpomarosa C282Y npu romo-
3urotHo 1 HE3D npwu retepo3uroTHoW dpopmax sabone-
BaHus;

e 6uorncust neveHu: crneundcuyeckas OKpacka peakTUBOM
Mepnca no3BonsieT BU3yanbHO, B 3aBUCUMOCTU OT Mpo-
LeHTa  OKpalleHHbIX  MapeHXUMaTo3HbIX  KNEeToK
(0-100%), onpepennTbL CTENEHb HAKOMNJIEHUS Xeneaa.

OundbchepeHumnanbHbIW AMarH03 nNpoBogaT ¢ paaoM narto-
NIOrUYECKMX COCTOSHUA.

OTnoxeHue xenesa B KOXe NPOUCXOAUT Takxe rnpu meg-
NEHHO pa3BUBAIOLLENCA KOXHOHA nopgmpnn — 3abonesaHuu,
CBAIBAHHOM C HapyLueHWeM cuHTe3a nopdupuHa, cTerneHs ne-
perpyskn Xene3om Mpu 3TOM He Tak BblpaxeHa. BonbHble
nopdupuner He NEPEHOCHT CoMHLA B OT/IMYME OT NIerko 3aro-
paroLLmx 60MbHbBIX FEMOXPOMaTO30M.

AllumeHTapHas rneperpyska Xxese30M BO3MOXHA Npu Anu-
TENbHOM OGECKOHTPOSIBHOM feYeHuMn npenapataMu xenesa,
ynoTpebneHun NMTbeBOW BOAbI C NOBLILLEHHBbIM €ro cofepxa-
HUeM.

Sputponoatuydeckui cugepo3 BO3HMKaET MPU XPOHUHECKOM
remonu3e Ha doHe [-Tanaccemuu, ceprioBMaHO-KNETOYHON
aHeMuUn, HacneacTBEHHOrO cihepounTo3a U HacNeaCcTBEHHON
ON33PUTPONOITUHECKONW aHEMUKW. 3HauuTenbHas neperpyska
neYeHn Xene3om MoXeT 6blTb CBi3aHa C reMmoanarnnsom 1 ne-
penMBaKnaMU KPOBM, HANOXEHWEM MOPTOCUCTEMHOrO LUyHTa
WIN CMOHTaHHBIMW NMOPTOCUCTEMHBIMU aHACTOMO3aMMU.
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ANIKOro/ibHOe noBpexgeHne nevYeHn y OEeTeln He wumeer
KNUHUYECKOrO 3HA4Y€HWUs, HO Yy B3POCIbIX BXOAWUT B MepBbli
ONarHOCTUHECKUI PAL NMPU COHETaHMU LUMPPO3a NevYeHU 1 cu-
nepemunm [1, 2, 8].

JNleyenne. Y geteil Nnpy paHHeEM BbISIBleHWM FreMOXpOMaTo-
3a 06beM TepanesTUHEeCKUX MepPOnpUATUA 3aBUCUT OT NOKa-
3aTesier Neperpyskun Xene3om 1 BKAHYaeT MeToabl AneTuye-
CKOM KOppeKLUWKn: orpaHn4eHune ynotpebnernnsa msaca (roeagu-
Hbl, 6apaHuHbl) U Opyrux NpogyKTOB, COfepXaluX Xeneso
(TBOPOra, MONoKa, auL, MopenpodyKToB 6e3 TennoBoun obpa-
60TkK). PaUnOH JomxXeH BKIOYaTb pacTUTENbHbIE 6eMKu, BU-
TaMWHbl, OBOLLM N OPYKTEI HEe MeHee 0,5 Kr B CyTKM.

CyulecTByeT MHeHUWe, 4YTO AMeTa Mpu remMoxpomarose He
OKasbiBaeT CYLEeCTBEHHOro agdhekTa, NOCKONbKY remorno-
61H U MWUOTTIOBWH, cofepxallnecs B Msice, NepeBapuBanch,
06pa3yoT remM, KOTOPbIN OKMCNAETCA B reMaTuH U He Bcachl-
BaeTCA B KULIEYHUKEe. TeM He MeHee OT MPOoAyKToB, obora-
LLIEHHbIX XENE30M, cllegyeT 0TKasaTbCes.

Mpn BeICOKUX MokKasaTensx >Xenesa B CbIBOPOTKE KPOBM
(6onee 40 MKMORL/M) NOKasaHo BHYTPUMbILLIEYHOE HasHa-
YeHue JedepokcaMmmnHa B foae 20 Mr/Kr/cyT 0o HopManuaa-
unMn nokasatenei obmeHa xeneza. 3MMEKTUBHOCTL
nedepokcaMmmHa ysenu4mBaeTca npu kom6uHaumMm ¢ BUTa-
muHoM C B go3e 2-5 MI/Kr B CyTKW.

HasHa4eHune xenaTopoB xenesa (oecdepana) y Aeten c
ne4e6HON Uesblo OrpaHM4YeHo M3-3a CepbeaHbIX NOBOYHbIX
3P PeKTOB: KONNANTOUAHOro COCToAHMS, cyaopor, TPoM60o-
LNTONEHUN, NEYEHOYHOW U NOYeYHON HEegoCTaTovYHOCTH, a
TakKXe BbICOKOrO pWUCKa pasBUTUA KaTtapakTbl, CHWXEHWA
clyxa M UBETOBOCMPUATUS MPU GJUTENbHOM MPUMEHEHUMN.
BHyTpUMbILLEYHOE U NOAKOXHOE OAHOKPATHOE BefieHue fe-
cthepana pekoMeHOyeTCA ¢ [UarHOCTUYEeCKOM Lenbio Ans
OLIEHKM 3KCKPEeLMn xenesa ¢ MO4oW. To4Hble guarHocTude-
CKUe KpUTEPUN KOSMULMEeHTA SKCKPELIUK xenes3a C MOYOoW
He paspaboTaHbl.

Y B3pocCnbIX Han6onee achheKTUBHBIMU ABJIAIOTCH KPOBO-
nyckaHusa o6bemom o 500 mn (0auH pas3 B 2 Hed, O6bIYHO
40 HopManu3auuun nokasaTenen xenesa A0 HUXHero npe-
gena). 3aTtem nognepXxuBatowme roMeoctas xenesa Kpo-
BOMYyCKAHWA NPOBOAATCA N0 Mepe Heob6xoanMocTh (06bIMHO
04uH pas B Tpu mecsua). OnpaBaaHo Ha3HavYeHUe aHTUOK-
CUJaHTHOr 0 KoMnnekca (Tokogepona, npenapaToB cerneHa,
N-aueTunuucteuHa, npoctarnaHamHa E1), yto npe,uonap'a—
waet ¢pubpo3 nevenu [2, 5, 9, 10].

Bo3MOXHOCTM paHHero BbIIBNEHUs FemoxpomMaTo3a npwu
TWlaTeNbHOM aHanun3e aHamHesa U n1abopaTopHbIX Nnokasarte-
flen JeMOHCTPUpPYeT KiMHUYeckoe HabntogeHue aByx GpaTtb-
eB B BoazpacTe 14 1 9 neTt, NnocTynMBLLUKMX B FraCTPO3HTEPONO-
rudeckoe otpenenne HU3O PAMH B sHBape 2003 r.

Y pebenka A., 14 neT, Npy NOoCTynneHnn oTMe4anucb 60nu
B XMBOTe 6e3 4eTKOW nokanuaauumu, pegkme cxsatkoobpas-
Hble 6051 OMNOoACKLIBAKOLEro XapakTepa ¢ pe3kuMm nobnegHe-
HUEeM nnua, YyYBCTBOM HEXBATKU BO3[OyXa, CHUXEHWE Macchl
Tena Ha 7 Kr 3a nocfiegHue 6 MecC, NOBbILLEHHAA TPEBOX-
HOCTb, HAPYLLEHWUS CHA, CYXOCTb KOXM U yrpeBas Cbifb HA NK-
ue. B aHamMHese — B TeyeHue roga TOWHOTAE, OTPbIXKA, CHU-
XeHne n n3bupaTenbHOCTb annetTuTa. PaHHUI aHamHe3 6e3
0COBeHHOCTeN, XO0Ts No aMbynaToOpHOW KapTe BbISIBNIEH CTa-
6UNLHO BLICOKUA ypoBeHb reMorfobuHa (HB): ot 170 r/n

B 3-MeCfiIYHOM BO3pacTte go 160 r/n npu ob6cnegoBaHuK,
npegwecTByOWEM HacToAWwen rocnutanu3aumm. Becero 3a
14 net 66IN0 NpOBEOEHO 7 KIMHUYECKUX UCCnedoBaHUA Kpo-
Bu. CogepxaHne apuUTPoLMUTOB 6bINO MOCTOAHHO 6MTM3KUM K
BEpPXHeW rpaHuLe HoOpMbl. Manb4mMK acTeHMYecKoro Tenocno-
XeHuna, pocT 176 cM, Mmacca 65 kr, nonoBoe pas3BuTue CooT-
BETCTBOBA/IO BO3PACTY.

B knuHnyeckom aHanuze kposu: Hb — 153 r/n, apuTpouuThl
— 5,11 x 10'¥/n, B 6UOXMMNYECKOM — BbICOKMIA YPOBEHb CbiBO-
poTOYHOro xenesa — 42,2 Mr% (Hopma 10,5-21,5 Mr%) npm
YOOBNETBOPUTENBHBIX APYrnX NokKasaTtensax. SHAOCKOMUYECKH
OTMeYeHO Andpy3Hoe BOCnanUTENLHOE U3MEHEeHUe Cru3u-
CTOM 060N04KM BEPXHErO OTAeNa NUWEeBapUTeNLHOro TpakTa
(TepMUHanbHBINA 330¢arnT, pacnpocTpaHeHHbI 6ynbouT, gy-
ofenuT). MNMpwn ynbTpaseBykoBOM MCCNeqoBaHMmM N3MEHEHUIA Co
CTOPOHBI BHYTPEHHWUX OPraHoOB He BbiBIeHO. [1poBedeHo n3y-
YeHune o6MeHa xenesa B NemaTonormyeckoMm Hay4HOM LEHT-
pe PAMH: eppUTUH ChbIBOPOTKM — 78,3 MKr/n (Hopma
80-200 mkr/n), chepputnH remonmnaata 31,7 mkr/r Hb (Hopma
5-10 mkr/r Hb), xeneso cuiBopoTkW 38,7 MKMONb/N (Hopma
12,56-25,5 MKMOSL/N), obian »ene3ocBAsbliBatowas cnocob-
HocTb chiBOpoTkM (OXKCC) 53,6 mMkmone/n  (Hopma
40-70 MKMONb/N), HacbluleHWe TpaHCcdeppuHa Xenesom
72,2% (HopMa 25-35%), TpaHcdeppuH 2,6 r/n (Hopma
2,6 r/n), aputponoatuH 52 ME/mn (Hopma 5-20 ME/mn). Ta-
KUM 06pa3oM, NoATBepxaeHa neperpyska Xene3oMm CblBO-
POTKUW KPOBW U TpaHcdeppuHa.

Mnapgwwin 6pat 6onbHoro E., 9 neT, noctynun gna o6-
cnenoBaHus B CBS3W C OBHApPYXeHWeM Npu ynsTpas3BykoBOM
nuccneqoBaHUM 6eCCUMNTOMHOIO KaMHa B Xen4YHOM My3bl-
pe. B padHem nocTHaTanbHOM Mepuofie UMENUChb ykasaHus
Ha FeMONTMTUYECKYID 60oNne3Hb HOBOPOXAEHHbIX N0 Heaud-
thepeHUMpoBaHHOMY akTopy — y mMatepu u y pebeHka
rpynna kposu A(ll) u nonoxutensHbin Rh-chakTop. 3amen-
HOrO nepenuvBaHUs KPOBW He NpPoOBOAMNIOCH, 3aTsXHas
XenTyxa coxpaHanace Ao 3-mecsyHOro soapacTta. [lpwu
NOCTYNNEHUU NpefbsBAAn Xanobbl Ha u3bupaTenbHbIA,
CHUXEHHbIA anneTuT. Bonei B XxuUBOTE U ANCNENCUN He OT-
Me4anocb. Puanyeckoe pasBuTue cpefHee — pocT 144 cm,
macca 35 Kr.

B knuHu4eckoM aHanuse kposu: Hb — 140-126 r/n, 3puT-
poumnTtbl — 4,81-4,38 x 10'¥/n, Nnpu 6UOXUMUYECKOM UCCNeno-
BaHWW OTKJIOHEHWA He BbIABRAEHO. [1pn yneTpPasByKOBOM
NCCNe[OBaHMN B XENYHOM My3bipe O6HapyxeH KameHb 6e3
aKkyctuyeckom TeHn 10 Mm B gnameTtpe, CTEHKU My3bIpa He
YyTONUWEHbI, NeYeHb YBENUYEHa: NpaBas gona 124 Mm, nesas
— 82 MM, napeHxuma runepaxoreHHas. fpyrvue opraHel — 6e3
ocobeHHocTel. o peadynbratam peakunn Kymbéca (npsmon m
Hernpsmomn) UCKoYEHA reMoNUTUHEecKas NpruinHa XonenuTu-
asa. [pun 3HQOCKONMYECKOM UCCNefoBaHUN BbISBNEHbI U3Me-
HeHUA CAN3UCTON OBONOYKWM aHTpanbLHOro oTAaena Xenyoka,
OTeK W MEeNKONATHWUCTAas runepeMus noctéynsbapHeix oThe-
OB ABeHaauaTunepcTHOW Kuiuku. MokaszaTenu obmeHa xe-
nesa: eppuTUH CbLIBOPOTKM — 69,6 wMkr/n  (Hopma
80—-200 MKr/n), cheppuTUH remonunsarta — 4,5 Mkr/r Hb (Hopma
5—10 mkr/r Hb), xeneso cbiBOpOTKM — 29,1 MKMoMbL/N (Hopma
12,5-25,5 MKMofib/Nn), obLan Xene3ocBa3biBatoLlas cnocob-
HOCTb CbIBOPOTKU — 70,4 MKMOnb/n (Hopma 40~70 MKMonb/n),
HacbileHne TpaHcdeppuHa xeneaoM — 41,3% (Hopma
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HacnepcteseHHblt remoxpomatos y geten

25-35%), TpaHcdeppuH — 2,7 1/n (Hopma 2,6 /n), apuTpono-
5TVH — 64 ME/mMn (Hopma 5-20 ME/mn), LIMK — 40 eg. (Hopma
no 140 en.).

Mo paHHeIM IKI™ y 06oux 6paThbeB OTMeYaEeTCA CKITOHHOCTL
K apuTMmiu, Bpaguvkapanin.

Mpn reHetTnyeckom wccnegoBaHUM B [€Marocnorn4eckom
Hay4HOM ueHTpe PAMH y o6oux 6paTbeB BbisiBfieHa Xapak-
TepHas Ona remoxpomaTosa myTtauma H63D rena (retepoau-
roTHas copmMa 3abonesaHus), B nonoxeHun C282Y myTaumi
He BbIABIIEHO.

O60uM naumeHTaM NpoBefeHbl TPexHeaeNbHbIe KypChl Te-
panun MHrM6UTOPOM NPOTOHHOW Nommbl (Pabenpason) n au-
Taunpaamu (Maanokc), ambynaropHO Ha3Ha4eHbl aHTUOKCK-
[aHTbl, LUTONPOTEKTOpb! (BeHTep) v mnafdwemMy 6paty ¢ nu-
TONMUTUHECKON Lenblo Ypcodansk 200 Mr Ha HOYb Ha 6 mec.

B cTauvoHape Ha hoHe MHTMBUTOPOB NMPOTOHHOM MOMIbI U
aHTauMgoB MOJly4eHO NOSTYTOPOKPATHOE CHUXKEeHWEe YPOBHS
CLIBOPOTONHOIO Xenesa. TepaneBTUYeckas rporpamMmma vy
060MX NaLuMeHToB B aMBynaToPHBLIX YCMOBUSAX BKIKOHYaNa KPo-
M€ AMeTU4eCKUX OrpaHu4eHnm, nocaegoBaTesibHble 0OaHOMe-
csl4YHble exeKBapTanbHble Kypcb! aHTaumaos (Maanokc — no
1 CT. NToxke 3 pasa B feHb MexXZy npueMamy nuu), umMTo-
npotekTopoB (CykpanbgaT 1 Tab. 3 pasa B feHb), aHTUOKCH-
paHTbl (AeBuT — no 1 Kanc. B feHp).

TakiMm 06pa3oM, NOBbILLEHHOE CoAepXaHue Xernesa B Cbi-
BOPOTKE KPOBW MpW HOpMasbHbIX 3Ha4eHuax depputnHa co-
OTBETCTBYET TUNUYHBLIM MPOSIBNEHUAM rEMOXpoMaTo3a y Mo-
NOAbIX MU B repuog, NpeilecTBYOWMA pasBuTMIO oprax-
HbIX OC/IOXHEHWUW, a Ko3PMPULUMEHT HaCbILEeHUs TpaHcdeppu-
Ha Xefne3oM — Hauboriee 4yBCTBUTESbHBIA GUOXUMUUYECKUNA
MapKep aTeHTHOro remMocnaeposa.

Bpauebran TakTMka HabnwgeHuns 3a GOfibHbIMW C MOBbI-
LEHHbIM cofepXaHWem remMornobuHa v CbiIBOPOTOYHOIO Xe-
nesa [OmKHa BKMo4aTh:

* aHafnM3 aHaMHECTUYECKUX OaHHbIX 06 YpOBHE remorso-

6wvHa;

* onpefeneHne YpPoBHS ChIBOPOTOYHOMO Xeneaa,;

* [Py YPOBHE CbIBOPOTOUHOIO Xefe3a Bblle HOPMbIl — pac-

wmpeHHoe u3yveHne obmeHa xenesa C onpefeneHuem
HacbILLeHWs TpaHcdeppuHa Xene3oM v YpoBHA deppu-
TUHa.

* ME[VKO-TEHETUHECKOE KOHCYNBTUPOBAHME U MOSEKYNApP-

HO-TeHEeTU4eCcKoe TunupoBaHue.
HacTopoxeHHOCTbL Bpa4ver B OTHOLWEHMM reMOoxXpomarosa

Mpy MOSBNEHUWN MPU3HAKOB MEPErpy3ku Xernesom y OeTen,
CBOEBPEMEHHas OuarHocTWKa W npaBuilbHoe HabnofeHve
YMEHbLLAT PUCK Pa3BUTUS OCITOXHEHUA N COXPaHAT 3A0-

POBbE MALUMNEHTOB C 3TUM THXKENbIM, HO BMOSIHE KOHTPONMpye-
MbIM HA pPaHHeln cTagim 3a6oneBaHUEM.

ABTOPbI BbIpaxarwT r71y60Kyi0 6/1aro4apHOCTb COTPYAHMKaM
lemaronornqeckoro Hay4qnoro ueHvtpa PAMH A.A.JlesuHoi
v E.A.PomMaHOBOM 3a NOMOLbL B MPOBELEHUA WUCCHefoBaHm
110 06MEHY Xenes3a 1 reHeTUYecKou ANarHoCTUKY.
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EXAYHAPOAHAA MEAMLUWHCKAA NEYATD

HeoHaTanbHbIii reMOXpOMaTO3: pegKas npuuMHa MnageHYeckKon cMepTH

HeoHaTtasnbHbIvi FeMoxpomaTtos — 04eHb pefikoe 3a6oneBaHne HessiCHOW 3TUONOMrK € Ype3BbIHarNHO HeGNaronpUATHLIM NPOrHO30M.
Y pebeHKa, poXaeHHOro 24-neTHei MaTepblo Ha 32-i Hef recTaumu, OTMe4arncsl CUHAPOM Ne4eHOYHON HeROCTATOYHOCTH, KOTOPLIA
1 ABUACH MPU4MHON CMEepTU pebeHka BCKOpe nocne poxaeHus. [narHoa remoxpomarosda 6bin ycTaHoBEH NPU ayToMNcun Ha oCHo-
BaHWUN OBHAPYXEHUS OTIIOXEHWI Xefle3a BO BHYTPEHHUX opraHax.

B cembsix ¢ prcKOM NO poXZEHWIO peGeHKa ¢ HeoHaTasbHbIM reMOXPOMAaTO30M HEOBXOAMMO perynsipHoe nposeaeHne Y3-uccne-
LOBaHWSA, U NPV BbISBNEHW NPU3HAKOB, NO3BONSOWMX 3aMof03PUTh HEOHATAfbHBIM FreMOXpoMaTos, HeoBx0aMMo MarHUTHO-pes3o-

HaHCHoOe nccneposaHWe B Hayane 3-ro TpumecTpa.

Uctounuk: Abboud P., Zejli A., Mansour G., et al. Eur J Obstet Gynecol Reprod Biol 2004; 15;116(2):233-4.



